© 2 0 1 9 I n d I a n J o u r n a l o f P a t h o l o g y a n d M I c r o b I o l o g y | P u b l I s h e d b y W o l t e r s K l u W e r -M e d K n o W ABSTRACT Splenic cysts are rare with an overall incidence of 0.07% in a large autopsy series and 0.5% among all the splenectomies done. The parasitic splenic cysts, usually caused by Echinococcus granulosus, account for 60% of all primary splenic cysts. The primary epithelial cysts account for 10% of all splenic cysts. We report a case of 30-year-old female presenting with left upper abdominal pain and heaviness. Computed tomography revealed a multiloculated cyst in spleen. Hydatid serology was negative. Total splenectomy was done. Histopathological evaluation was done and a diagnosis of primary epithelial splenic cyst was given.
INTRODUCTION
Splenic cysts are rare with an overall incidence of 0.07% in a large autopsy series. [1] The parasitic splenic cysts, usually caused by Echinococcus granulosus, account for 60% of all primary splenic cysts. [2] The primary epithelial cysts account for 10% of all splenic cysts. [3] Primary splenic cysts are generally asymptomatic and are identified incidentally on radiological imaging. Wide range of treatment modalities including open and laparoscopic procedures, e.g. total splenectomy, partial splenectomy, total cystectomy, marsupialization, or cyst decapsulation can be adopted depending on the size and location of the cyst.
CASE SUMMARY

Case history
A 30-year-old female presented to the surgical outpatient department with chief complaints of pain and heaviness in left upper quadrant of abdomen since 6 months. On examination, moderate splenomegaly was present. Contrast-enhanced computed tomography (CT) revealed a multiloculated cyst measuring 7.3 × 5.2 × 5.1 cm in spleen, giving an impression of multiloculated complex splenic cyst, possibly Hydatid cyst. Hydatid serology was negative. Open total splenectomy was done. The specimen was sent for histopathological examination.
Gross
Grossly, the splenectomy specimen measured 11 × 9 × 4 cm [ Figure 1a ]. Outer surface showed a cystic mass measuring 6.5 × 5 × 3.4 cm in the hilar region. On serial section, three cysts filled with serous fluid were seen [ Figure 1b ]. The cyst wall was creamy white and wall thickness varied from 0.2 to 0.5 cm.
Microscopy
Microscopically, the cysts were lined by cuboidal to low columnar epithelium [ Figure 1c and d]. The lumen was filled with eosinophilic material and entrapped inflammatory cells. There was dense fibrosis and hyalinization in the wall which extended into the surrounding parenchyma. Additional findings were cholesterol clefts, foci of calcification, and collections of foamy histiocytes. The surrounding splenic parenchyma showed congestion and Gamna--Gandy bodies at places.
A histological diagnosis of primary (epithelial) Splenic cyst with associated venous congestion was given.
DISCUSSION
Cysts in spleen are unusual. Splenic cysts have been classified differently by different authors.
How to cite this article: Kala PS, Azad S, Sharma T, Acharya S. Primary epithelial splenic cyst: A rare encounter. Indian J Pathol Microbiol 2019;62:605-7.
Access this article online
Website: www.ijpmonline.org PMID: xxxxxxxxx (when available) DOI: 10.4103/IJPM.IJPM_335_19
Quick Response Code:
This is an open access journal, and articles are distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to remix, tweak, and build upon the work non-commercially, as long as appropriate credit is given and the new creations are licensed under the identical terms.
For reprints contact: reprints@medknow.com
Martin as well as Hansen and Moller classified splenic cysts as primary (type I) and secondary/false/pseudocysts (type II). [4, 5] The latter are usually posttraumatic and lack the epithelial lining. Primary cysts can be further classified into parasitic and nonparasitic types. The nonparasitic primary cysts can be congenital or neoplastic. Congenital cysts can be further classified according to the type of epithelial lining, e.g., epidermoid, dermoid, and simple by Hansen and Moller.
Morgenstern proposed a slightly different classification for the nonparasitic cysts according to which these were categorized into congenital, neoplastic, traumatic, necrotic, and degenerative types. [6] Parasitic cysts comprise 60% of all splenic cysts. Echinococcus granulosus is the commonest causative agent for parasitic cysts. [2] These are more common in Africa and Central America. Nonparasitic cysts are common in Europe and North America. [7] Epithelial splenic cysts are considered congenital. Their actual origin is still unclear. Various theories have been proposed -developmental epithelial displacement and metaplasia from surrounding structures during embryogenesis, invagination of peritoneal mesothelium during development, and metaplasia of heterotopic endodermal inclusions in the spleen. [1, 8] These cysts are quite uncommon and comprise only 10% of all splenic cysts and 25% of nonparasitic cysts. [9] The nonparasitic cysts are commonly encountered in young adults around second and third decades. The patients are asymptomatic in up to 60% cases. At times, the patients may present with left upper quadrant pain (due to splenomegaly/ stretching of splenic capsule), nausea, and vomiting (due to pressure effect on stomach). Symptoms because of development of complications, e.g., rupture, intracapsular hemorrhage, or infections can also occur. [10] A similar presentation was seen in the present case. Radiology especially CT scan is helpful in diagnosing splenic cysts; however, its exact categorization is not possible without histopathological examination. Serum or cyst fluid CA 19-9 and Carcinoembryonic antigen (CEA) levels can be increased in cases of nonparasitic cysts, but these cysts do not have malignant potential. [11] The identification of lining epithelium of a splenic cyst plays a major role in differentiating a primary splenic cyst from a pseudocyst. The lining epithelium is lacking in pseudocyst because of desquamation/degeneration. [12] Immunohistochemistry using Epithelial-membrane antigen (EMA) and CEA may help in identification of epithelial lining in difficult cases. [13] Symptomatic cysts and large cysts of size >5 cm are surgically managed. [10] Smaller cysts may undergo spontaneous resolution or remain asymptomatic; hence, a regular radiological follow-up is more logical in these cases. The cysts located at hilum may lead to intractable bleeding, hence should be surgically managed. Total splenectomy was done in the present case considering the large size of the cyst and its hilar location. Vaccination against S. pneumoniae, N. meningitidis, and H influenza virus type b was also given to the patient.
Splenectomy was once thought to be the sole surgical modality.
But now, open as well as laparoscopic techniques are available. Spleen preserving surgical techniques are preferred so as to avoid lifelong risk of overwhelming post splenectomy sepsis. Preservation of 25% of splenic parenchyma helps in prevention of overwhelming postsplenectomy infection. [5] The options are partial splenectomy, cystectomy, and cyst decapsulation. Other methods are radiologically guided drainage of cyst fluid; however, the chances of recurrence are very high with this procedure. [14] Laparoscopic techniques for nonparasitic splenic cysts include aspiration, marsupialization, fenestration, partial cystectomy (decapsulation), and laparoscopic partial splenectomy with the resection of the cyst and a portion of the contiguous splenic parenchyma. Laparoscopic intervention has obvious benefits of less pain and faster recovery but is associated with a recurrence rate of 22%. [15] CONCLUSION Cysts in spleen are a rare encounter in surgical practice especially the primary epithelial splenic cysts and histopathological examination remains the gold standard for the diagnosis.
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